Bardet biedl syndrome (BBS) is a rare, genetic disorder with involvement of multiple systems and wide spectrum of clinical features. It is also known as Laurence-Moon syndrome (LMS). Characteristic features of this disorder are cone-rod dystrophy, postaxial polydactyly, truncal obesity, kidney abnormalities and learning difficulties. It may also be associated with diminished size and decreased function of the testes in males (hypogonadism) and complex genitourinary abnormalities in females. Bardet-Biedl syndrome is inherited mostly as an autosomal recessive trait. It affects males and females equally.
Introduction
Bardet biedl syndrome is a rare genetic disorder with involvement of multiple systems and wide spectrum of clinical features. Principal manifestations of this disorder are rod-cone dystrophy (sometimes called atypical retinitis pigmentosa), postaxial polydactyly, central obesity, mental retardation, hypogonadism, and renal dysfunction. [1] Other features not always present include hepatic fibrosis, diabetes mellitus, neurological, speech and language deficits, behavioral traits, facial dysmorphism, dental anomalies and developmental delay. [1, 2] Choledochal cyst in our case was co-incidental.
There was no evidence of hepatic fibrosis in this case. Genetic tests were not done due to nonavailability of the test in our institute and poor socio-economic status of the patient. The patient was treated symptomatically by a team of specialists.
Discussion

Bardet-Biedl syndrome is named after Georges
Bardet and Arthur Biedl. It is usually diagnosed in childhood based upon thorough clinical evaluation and detection of characteristic findings (e.g., visual problems due to retinal dystrophy, obesity, polydactyly). In 1999, modified diagnostic criteria were defined after a study conducted in England in 109 BBS patients. [2] Patients who had 4 primary characteristics or 3 primary and 2 secondary criteria were identified as BBS (Table 1) .
Genetic testing may assist in diagnosing the disorder in selected cases (e.g., individuals with certain BBS1 and BBS10 gene mutations.
Investigators have determined 12 separate genes known to cause Bardet-Biedl syndrome (BBS1-BBS12). [4] [5] [6] [7] [8] [9] The most common defective gene by several studies using different model organisms. [11, 12, 13] Some of the phenotypes exhibited by BBS proteins, including retinal degeneration, skeletal anomalies and renal cysts/malformations bear resemblance to human diseases associated with abnormal cilia function. [14] For clinical surveillance, initial investigation and follow up of BBS patients the recommended scheme is given in table 2. 
